Introduction {#sec1-1}
============

Asymmetry is an interesting biological error. Occasionally, a gross asymmetry easily perceptible to the eye may occur which progresses slowly but steadily and exhibits asymmetric development.\[[@ref1][@ref2]\] Factors such as heredity, chromosomal abnormalities, altered intrauterine environment, endocrine dysfunctions, anatomical and functional anomalies of the vascular system and disturbances of the central nervous system can be attributed to the multisystem involvement.\[[@ref1][@ref3]\]

The purpose of this report is to present the case of a child with rare fusion of congenital deformities, namely congenital hemifacial hyperplasia, intense hemipigmentation and limb hemihyperplasia with leg-length discrepancy (LLD) and to supplement existing clinical knowledge.

Case Report {#sec1-2}
===========

A 2-year-old male child was brought to our hospital by his father with complaint of a mass in right mid-axillary area for about 1-month. He weighed 12.5 kg and was 85 cm tall with head circumference of 48 cm. He was the last of two siblings without any previous family history of any congenital deformity or anomaly.

Milestones were delayed as child was not able to walk or stand without support till presentation to the hospital. The mother denied any history of consanguineous marriage, drug or radiation exposure. The mother neither had problems during pregnancy nor during delivery. Immunization was complete till date. On first look, the child had intense hemipigmentation on the left side of the trunk \[[Figure 1](#F1){ref-type="fig"}\] and congenital deformity on the left side of the face and left limbs.

![Left sided increased hemipigmentation](JOACP-31-253-g001){#F1}

The physical examination revealed a mentally healthy and active boy. The patient\'s face was asymmetrical with an enlargement on the left side including the maxillary and mandibular region and large forehead \[[Figure 2](#F2){ref-type="fig"}\]. It was clear that there was a unilateral enhancement of development on this side. The tissue surrounding the tooth when compared with the right side was enlarged. The skin and hair appeared normal. Tongue appeared normal. Speech was not impaired. The general examination revealed asymmetrical development of the extremities and the trunk. On examination, he was found to have grade 5/5 power on the both sides. However, there was visible hypertrophy of left lower limb including calf, thigh, and foot and left upper limb. His left lower and upper limbs were longer than right limbs significantly showing evidence of LLD \[[Table 1](#T1){ref-type="table"} and [Figure 3](#F3){ref-type="fig"}\]. There was no evidence of syndactyly, macrodactyly, café-au-lait spots, naevi, hyper extensible skin, vascular malformations. His mouth opening was adequate, and the modified Mallampati classification could not be assessed as child was uncooperative. Preoperative emergency tests revealed neutrophilic leukocytosis and hemoglobin was 8.0 g%. Viral markers were negative. Systemic examination appeared normal. Neck movements were normal, and spine was normal. High-risk consent was taken from the parents, and patient was accepted in American Society of Anesthesiologists Grade III.

###### 

Anthropometric measurements of the child
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![Left facial hemihypertrophy](JOACP-31-253-g003){#F2}

![Leg-length discrepancy with increased hemipigmentation](JOACP-31-253-g004){#F3}

In view of the difficult airway, parents were informed that the technique might fail, and tracheostomy consent was taken. A trolley for difficult airway was kept ready including laryngeal mask airway and tracheostomy set. On presentation, the child was already nil by mouth for the whole night that is, 6 h. We planned to go for general anesthesia under mask without intubation as patient could not be assessed for any congenital or cardiovascular anomaly in view of the emergent nature of the surgery. The child was crying and uncooperative. Hence, we premedicated with 60 mg ketamine with 0.2 mg glycopyrrolate via intramuscular route in the preoperative area in mother\'s lap. On loss of consciousness, the child was carried into operation theater, and all monitors attached. He was given injection ondansetron 1.5 mg and injection fentanyl 25 μg. Subsequently, he was taken on mask ventilation and maintained with oxygen and nitrous ratio 30:70 throughout the surgery. On completion of surgery, he was maintained on 100% oxygen till awake and shifted to the postoperative ward under close observation. The postoperative course was normal. He was referred to the pediatric and dermatology department for the establishment of diagnosis, but the child\'s father was not ready for any evaluation. He was subsequently discharged on 3^rd^ postoperative day.

Discussion {#sec1-3}
==========

This child is an extremely rare case with fusion of multiple congenital anomalies, chiefly hemifacial hypertrophy, unilateral limb hyperplasia and intense unilateral hyperpigmentation of trunk.

Hemihyperplasia is a heterogenous group of disorders characterized by asymmetric limb growth. The disproportionate growth is almost always evident at birth and the enlarged side generally grows at the rate proportional to but slightly faster than the normal side. The disproportionate growth rate is maintained until the time of skeletal maturation and results in an asymmetry existing throughout life. Association of tumors is an important feature of overgrowth syndromes.

The multisystem involvement has resulted in etiological heterogeneity, and no single diagnosis can explain the etiology adequately.

Even after extensive search of literature, we could not find even a single pediatric case on internet with combined unilateral hemihypertrophy with increased limb length, increased hemipigmentation and hemifacial hypertrophy.

However, we are suggesting some near diagnosis to our case as mentioned below.

Differential diagnosis {#sec2-1}
----------------------

Facial hemihypertrophy or hemimacrosomia or partial/unilateral gigantism characterized by marked unilateral overdevelopment of hard and soft tissues of the face is a rare congenital malformation. This has been termed variously in the literature as, congenital hemifacial hyperplasia.\[[@ref1][@ref2][@ref4]\] Pollock *et al*. emphasized the use of the term congenital hemifacial hyperplasia because it is more histologically precise.\[[@ref5]\] Congenital hemifacial hypertrophy has been classified by Rowe to involve:\[[@ref6]\]The entire half of the body: Complex hemihypertrophy.One or both limbs: Simple hemihypertrophy.The face, head, and associated structures: Hemifacial hypertrophy.Klippel--Trenaunay--Weber syndrome is characterized by classic triad of cutaneous hemangiomata (port wine stain), hemihyperplasia and varicosities.Von Recklinghausen\'s neurofibromatosis affects the skin and peripheral nervous system. Some signs of this disorder include tan spots (café-au-lait macules) and freckles under the arms or in the groin area.Proteus syndrome, also known as Wiedemann syndrome (named after the German paediatrician Hans-Rudolf Wiedemann), is a congenital disorder\[[@ref7]\] that causes skin overgrowth and atypical bone development (macrodactly), often accompanied by tumors over half the body.\[[@ref8]\] Proteus syndrome causes an overgrowth of skin, bones, muscles, fatty tissues, and blood and lymphatic vessels. Proteus syndrome often results in overgrowth of one side of the body and not the other.

Diagnosis of such syndromes may be of help in genetic counseling. However, the literature suggests that isolated hemihyperplasia, Proteus syndrome, Beckwith Weidman syndrome are generally sporadic, and there is no risk of recurrence in the siblings of the affected case.

The question remains, is this new syndrome unaddressed so far or is it a syndrome (congenital hemifacial hyperplasia) which presented in conjunction with intense hemipigmentation? This query still needs to be worked out.
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